Sensorineural non-syndromic hearing loss is the most common disorder which affects 1 in 500 newborns.
Based on these studies, DFNB1 locus is the most common cause of HL and accounts for up to 50% of cases in Asia, Europe and northern America (6) .
Studies in Iran also have indicated that the contribution of GJB2 gene in HL in different ethnicities in Iran is different ranging from 27-38% in a population of north of Iran to 0-4% in the south east of Iran (7, 8) . Up to now, the relative contribution of mutations in other genes associated with HL has been identified only in the limited number of Iranian families. To determine the exact contribution of each of these genes in Iranian families, more comprehensive studies are required (9) (10) (11) . For recessive deafness, the most frequently involved genes include GJB2, SLC26A4, MYO15A, OTOF, CDH23 and TMC1 worldwide. These mutations are the most common causes of ARNHL in Iran and worldwide after GJB2 (14) .
This study aimed to determine the frequency of mutations and perform an analysis of the locus, due to the importance of DNBF4 after DNBF1 locus and also the frequency of mutations in studied cohort.
Material and Methods
In this descriptive laboratory study, informational questionnaires were filled out and clinical evaluations were performed. We included 
Results
In this study, most of the subjects displayed bilateral, severe to profound sensorineural HL, and most of families were consanguineous. In haplotype analysis, 2 families from Hamedan province showed linkage to the DFNB4 locus ( fig. 1 ). Two point and multi point LOD and S-link scores related to these families are indicated in Table 2 congenital hearing loss in Korea (27 
